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InTroduCTIon
Rosai-Dorfman Disease (RDD), also known as Sinus Histiocytosis with Massive Lymphadenopathy (SHML), is a rare, benign, proliferative disorder of macrophages and monocytes that was first described by Rosai and Dorfman in 1969. The vast majority of patients present with painless bilateral cervical lymphadenopathy during childhood or young adulthood. The condition is self-limited and rarely requires medical treatment. Involvement of extranodal sites such as eyelids, eye sockets, skin and subcutaneous tissue, gastrointestinal tract, upper airways and central nervous system have been infrequently described. Mediastinal involvement is extremely rare, and there are few cases reported in the literature.
Here, we present a case of a 61-year-old female with a history of mediastinal sinus histiocytosis with massive lymphadenopathy.
CaSE PrESEnTaTIon:
A 61-year-old female with history of hypercholesterolemia and vitamin D deficiency was referred to the Pulmonary clinic for evaluation of an abnormal chest radiograph which was concerning for a right-sided pleural effusion ( Figure 1 ). The patient noted two to three weeks of increasing dyspnea on exertion, chest tenderness, a dry cough, and decreased exercise tolerance. She denied fevers, chills, night sweats, and weight loss. She reported a 10-pack-year smoking history, but denied other occupational exposures. There was no family history of pulmonary disease or malignancy. Vital signs were normal, and physical examination was notable only for decreased breath sounds in the lower one-third of the right lung and reproducible sternal tenderness.
Upon further review of her past medical history, the patient stated that she had similar symptoms several years ago and was subsequently noted to have an abnormal mass and lymph nodes near her esophagus in 2010. She underwent mediastinoscopy with biopsy of these nodes at that time, which was complicated by esophageal perforation and emergent esophageal stent placement. She was told pathology at that time was benign and received limited follow up.
A CT of the thorax from initial presentation in 2010 revealed an abnormal 10 cm, soft tissue mass in the subcarinal region ( Figure 2A ). There was a mild, right-sided pleural effusion with atelectasis in the right lower lobe. Nineteen biopsy specimens obtained during mediastinoscopy, including 19 excisional lymph node biopsies, were negative for malignancy and demonstrated pathology consistent with sinus histiocytosis with anthracosis. The presence of SHML can be identified histologically by the presence of large polyclonal histiocytes with abundant eosinophilic cytoplasm and infrequent mitoses. They generally demonstrate the expression of the S-100 protein.
While our patient's pathology did not specifically comment on the presence of the above histologic markers, perhaps the most notable factor that suggests the presence of SHML is the disease course; here we are able to examine serial imaging studies, which demonstrate complete resolution of massive mediastinal lymphadenopathy over the course of four years. A self-limited clinical course has previously been described, with the majority of patients receiving surgical debulking and systemic treatment with corticosteroids or chemotherapy only when organ systems become compromised.
KEy PoInTS:
Sinus histiocytosis with massive lymphadenopathy is primarily a benign proliferation of monocytes in macrophages that typically affects the cervical lymph nodes in children and young adults. It typically involves a self-limiting clinical course that rarely requires treatment.
rEFErEnCES dIFFErEnTIal dIagnoSIS:
Differential diagnosis for the patient's radiographic findings at the time of current presentation included chylothorax given the patient's history of mediastinal instrumentation, malignancy, and persistence of sinus histiocytosis with lymphadenopathy. Additionally the presence of chest discomfort and shortness of breath indicated a possible cardiac etiology including valvular or ischemic heart disease. ouTCoME and Follow uP: A CT of the thorax revealed absence of consolidation, mass, and lymphadenopathy. There was no pleural effusion. There was an area of slightly improved scarring in the right lung base, accounting for the abnormal right lower lobe finding on plain chest radiography (Figure 4 ).
Pulmonary function testing revealed slight restrictive physiology with a decreased diffusion capacity that corrected when adjusted for volume loss caused by right lower lobe scarring.
Our hypothesis was that the patient suffered from Rosai Dorfmann disease in 2010 and that her biopsies and esophageal perforation caused the observed x-ray and CT findings that are stable to this current evaluation. As the patient's pulmonary workup was benign, she was encouraged to undergo further cardiac workup, including stress testing.
dISCuSSIon:
Sinus histiocytosis with massive lymphadenopathy is primarily a benign proliferation of monocytes and macrophages that affects the cervical lymph nodes in children and young adults. Here we present a case of a 61-year-old female with mediastinal lymphadenopathy and histologic changes suggestive of SHML.
Review of the literature reveals several case reports of more typical SHML. Most patients not only present with painless, enlarged, cervical lymph nodes but may also
